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Malignant Transformation of Polyostotic
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MavtenanT TrANsFORMATION of fibrous dvsplasia of
bone has been well documented. Fibrosarcoma, os-
teosarcoma, chondrosarcoma. and other raver sar-
comas have been described as arising trom tibrous
d‘\_'s;:)lasia.“3 Previous radiation therapy mav or mav not
be associated with this occurrence. We wish 1o report
the evolution of nonirradiated polvostotic fibrous
dysplasia into a poorly differentiated sarcoma which at
autopsy showed the histologic characteristics of a
malignant mesenchvimal tumor with features of rhith-
domyosarcoma.

- CASE REPORT

A 28-vear-old white woman in whom a diagnosis of polvostotic

¥ fibrous dysplasia was made at 2 vears of age developed a tumor ol

€Tt hir. She had never received radiation therapy and there was

o history of precocious puberty. A hip disarticulation performed
eignt months belore déath disclosed a hosselated. 8 x 12 cm. partialls
encapsulated tumor occupving the neck of the femur, The cut
surface of the tumor was focallv excavated and ight tan-grav o red.
and there were several arcus of pale nodularity extending down into
the medullary portion of the femoral shatt, with similar areas in the
medullary poruon of the abia. The final istologic nuerpretation
was polvostotic ibrous dysplasia involving the femnrand tibiic of the
fett leg (Fig 1) with fibrosarcomatous degeneration of the mijo
upper femoral lesion (Fig 25 Roentgenograms of the surgical
specimen demonsirated the bony lesions (Fig 31,

Rapid recurrence necessitated further resection, but the tinmeos
continued to progress, and radiologic studies vevealed bony Jesions

= in the left supenor pubic ramus. The patient received actinomyein

D and 3,000 rads of local vadiation, hut three months betore deawh
there were pulmonary nodules Tor which shie was treated with vin-
cristine, evelophosphamide (Cyvtoxani, and actinomyvein D,

On final admission one month betore death the patient presented

S as a cachectic voung wornan with substernal chest pain and break-

E characterized by a beard and male distribution of bads hair

down ot the amputation site. There was marked masculinization
I'he
blood pressure was 1050 o Hg the pulse 128:0nin, and the

- temperature 98.6 F (37 Cr Laboratory values incduded hematocnic

345, WBC, 1620000 nim: BUND 13 mg 1o mi: alkaline phos-
phatase, 31.5 1UB tinternational unit-Bodansky 1 and SGOT 120
[UB. She was treated for wound infection and given supportive
care, but her condition deterviorated and she dicd onthe 2810 hosp-
tul div

PATHOLOGIC FINDINGS
Grow Fending
At necropsy the sculp hair was extremels thing Pramiment dark
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VENTILATION-PERFUSION LUNG IMAGING IN DIAPHRAGMATIC PARALYSIS

Facnd Inir wis present over the apper hipand an the chincand the
skin had a nuld merease i pigmentation. but without cade-au-Laie
spots. An x4 em ndeeration wiss present at the amputaton site of
the lete hip.

The lnngs contained large metastatic nodules and togetler
wetrhed 1313 am. The ot surbace of the tumor was whete and
Heshiv with arcas of Temorrhagico necrosiss Lumaor extended
through the plevnviof the left lung and o the letr Lateral chest wall

VOO o tmor extended o the letr pelae cavits trom the
posterolateral pelvic wall Periaoriie lonph nodes were extensneh
repluced and enlarged by tumor and wosolitary 06 cnn white tamor
Hetastasis was present i the deft Jobe of the hvers The adrenals
tgether weighed 12 wmand were grossh normal The oviries were
ot grossho imvolved wath the timorn
Fight Muerseam

he oo wis vers cellular and wus compaosed of pleamorphi
celb many of which were mualnnucleated giant cellss The cells gen-
erally were ovotd 1o polvhedral and muon sorap cells were presem
F1g L some of the igore, pleamoerphie naeler contaimed Targe
nueleoli. Although the eosinophilic evtoplasm contained no detinie
cross striations ou Hoas For PIAH stamss the overall patern resem-
hled 1habdomyvosareoma,

histologically the nnnor was essentially similar from el sites sam-
pled escept bortissue brono a s i the right g which vesembled
4 hrosarcomi, with bundles and bhands o smaller, more spinedle-
shaped anaplastic cells (Mg 3 ichrome scins ot the tner bom
allsites reveaded no hibrons tssue. Notmior mvasion or hyper plastic
changes were present in adrenal gland tissee, Ovanan tssue demon-
aaritted onby fibrosis and stromal hvperplisiae thin Loess of tomo
partiallv immmed e ovane Lipud staios onsnsised. frozen ovarian
tssae showed Hptd deposis i the areas ot soomad hiyperplisia

FIGURE 1. Microscopic appearance of fisrous dysplasia involving femoral shaft
in surgical amputation. (H & E, original magnification x 100)
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FIGURE 2. Microscopic appearance of femorai malignancy —a poorly ditter-
entiated sarcoma resembhng fibrosarcoma. {H & E. original magnification x

400}

Flectran Muorneopn

A porten of the Lornmain-tixed pelvic tamor was wiashed several
times with phosphate bulterand atter Gxation in 2.5 wlweral-
yostiivation i osmium tetroxide. was embedded in

dehvde and
DRIENE
llllll()\lﬂl)('

Fhe electron nuerographs showed malignant cells contaning
tie nelei witl irregular chromatin. The evtoplasm

Uhin sedions were exanined wirli a Flitachi H-11 eleciron

Jarge pleomorpt

FIGURE 3. {A) Roentgencgram of fernora

| head and neck of surgical specimen shows destruction and distortion of bony

“ata -"'.Q':ﬁium

FIGURE 4. Microscopic appearance of rhabdomyosarcoma from left lung
metastasis. Pleomerphic cells include spindie, oval, and poiygonal shapes.
Some cells are elongated and strap-like. Giant cells with bizarre hyperchromatic
nucei are present. (H & E. original magnification x 400)

diowed the characteristic myotibrils and Z bands of skeletal muscle
cetls, condirming the dingnous of thabdomyosarcoma {Fig 6.

Specinl Stueies

A derermination of the testosterone level nn an autospy serum
SPECHTICT TEY culed a value of 143 ng/100 ml. This was cenmpared to
rom two male subjects whose serum had been

control samples |
v the same imerval after death, The values

drawn at 21})])1'()XIII]A[8

surgical specimen shows area of bone destruction characteristic of fibrous dysplasia.
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architecture by tumor. (B) Proximal tibia of

i
]
1




RGURE 5. Tumor trom right lung metastasis. Smaller, more spindle-shaped
anaplastic cells are arranged in bundles and bands. Strap-shaped cells and
giant celis are also present. (H & E, original magnification x 200)

obtained were 48 and 110 ng/100) ml. indicating probable adsorinion
of the testosterone onto blood components, since normal living

b values for males are in the range of 200 ug/100 ml. The value of 143
by would therefure seemingly indicate a very high testosterone level

- in our patient before death, which is consistent with the ohserved

masculinization.

g COMMENT

~ Isolated fibrous dyvsplasia of bone consists of foct of
f fibrous replacement of normal bone architecture and
ay occur in a single bone (monostotic) or n two or
_=. ore bones (polyostotic). The cause 1s unknown. No
bEmilial or hereditary factors have been recognized.
e frequency of occurrence of fibrous dyvsplasia has

¥ been recorded as 2.3% of all bone neoplasms.® The
¢ craniofacial bones, femur, tibia, and ribs are most
: commonly affected.® Albright’s syndrome is polvos-

. . - - . . -
totic fibrous dysplasia with endocrine abnormalities
F and cutaneous pigmentation.

Fibrous dysplasia mayv transtorm into a variety of

E-mesenchvmal malignant temors, bur usuallv only into
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FIGURE 6. Electron micrograph of tumor cell containing myofibrils and Z bands
(arrows), as seen in rhabdomyosarcoma. {Original magnification x 27,000)

neoplasms comprising clements of bone, cartilage, or
connective tssue as are present m the lesion” The
maidence of mahgnant change of tibrous dvsplasia in
the geneval population ts variously reported as 0,457
and not over 10% .7 The frequency of histologic tvpes
ol malignant tumaors associated with tibrous dysplasia
and occurrence in monostotic or polvostotic discase is
shownin the lable, More malignancies are reported as
arising from polvestotic discasce than from monostotic.
By far, the most common tumor type 15 ostengenic
sarcoma: less fregquently ibrosarcoma, chondrosar-
coma, giant and spindle cell tumors. and combinutions
of these tvpes have been described.

Rewraspective study of the tumeor histology from the
surgical specimen of this case revealed a poorly ditfer
entiated mesenchymal tumor resembling o fibrosar-
coma. The subscquent difterentiation into an appa-
rent rhabdomyosiarcoma appears to be unique. and

TABLE. Tumor Histology From Collected Cases in the Literature of Malignant Transformation of Fibrous Dysplasia*
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the role of therapeutic irradiation on the evolution of
the tumoer histology must be considered. because 1t wWas
onlv after radiaton therapy that the tumor assumedl
the histologic teatures of thabdomyosarcoma.

The masculinization obsers ed in this patient 1% an
additional Teature ol mterest. [ uteinizaton ol meta-
satic tmor to the ovary ds reported b Seuliy and
Richardson® is a p()ssil)ilir_\'. The high plasma testos-
terone levels may he related to ovarian metasiasis and
would explain the masculinizing fearures which this
patient exhibited. No abnormalitics in adrenal stzc or
Istology were identfied.

SUMMARY

Wwe have described an unusual case of pol\'usl()[ic
fibrous (1}S})];15i2i m i ‘.’3-}0;11‘—01(1 white woman who
had malignant transformation mro mesenchymal
tumor with widespread metastases ane features ot
rhabdomosarcoma. \asculinization also occurred

with high plasma restosterolc levels. A mechanism for
the development of masculinizing features is dis-
cussed.
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Postpartum Thrombophlebitis of the Ovarian-

Veln

3
1

PEDRO A. RUBIO. MD. EDWARD M. FARRELL, MD, and HECTOR Del CASTILLO, MD,t Houston,

Tex

POSTPARTUM 1EEOFEMORAL THROMBOSIS wwas first de-
scribed by Whire 1n 1784, Blood stasis, physical
changes in the vessel wall. and biochemical alterations
in blood have come 10 be considered the main predis-
posing faclors.! During pregnancy, the ovarian veins
are dilated sixtviold and the smooth muscle hyper-
trophy in the media of the vein acls as a protective
mechanism to withstand the additional load of preg-
nancy.?
Morbidity and mortality from thromboembolism
during the puerperium remains a signilicant problem;
it presents during the five days after delivery and s
independent of gravity or parity. The most common
cause of thromboembolism is phlebitis, usually secon-
dary to streptococcal infection.* The tirst reported
pulmoenary embolus from bilateral ovarian vein
thrombosis was that described by Duff et al?
Ovarian vein thrombophlebitis 1s a rare bat hie-
threatening complication of puerperium. [n preg-
nancy, the right ovarian vein is the more frequently
involved b Deliveries are usuadly normal and the

throm the Departments ot Surgery and (s necology, Moedical Center Del
O Hosprtall Houston, Tex

Reprint reguests 10 Vedical Center Del Oro. TRO0 Fannin St Suite 201
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svmptoms may include fever, low ahdominal pain, at '
occasionally mild feukocytosis. An abdominal mass i
almost always palpable. The differential diagnosis’
should include pyelonephritis, acute appendicitis,
wisted ovarian cyst, ovarian torsion, pyosalpinx;j
hematoma of the broad ligament, degenerated fi-§
brinoid, volvulus, perinephric abscess, thrombosis of}
the pampiniform plexus, and parametritis.®® :

[nfection. with associated changes inthe vein wall, as
well as the increased blood coagulability before and}
after childbirth play a signiticant role in the right ovar-}
jan vein syndrome and other related thromboembolic]
situations. Treatment consists of ligation or excision ol
the thrombosed ovarian vein. The inferior vena cava
should be ligated if the thrombus extends 1nto the
lumen and thrombectomy cannot be done. Heparin is’
of value in the postoperatve period since 1t prevents
clot propagation.”
CASE REPORT

A 95-vear-old woman (pard (3-1-1-0h, with a past history of Stein-
Leventhal syndrome diagnosed by laparoscopy. began compiaming
of diffuse abdominal paintwo davs after normal vaginal delivery ofa
prematire infant. FHer pulse rate was 132/min, temperaiure was 100
F (378 1 and she was normotensive: urinalysis and electrolyte

+alues were normal, Blood cultures were negative: chestand abdom-
il roentgenograms were normal. '




